Background: Andersen-Tawil syndrome (ATS) is a rare autosomal dominant or sporadic disorder defined by a triad of periodic muscle paralysis, ventricular arrhythmias (long QT-7) and dysmorphic features. The underlying mutation is in the KCNJ2 gene encoding the inward rectifier potassium channels (Kir2.1) present in both skeletal and cardiac muscles. Ventricular arrhythmias are precipitated by adrenergic stimuli like exercise or intense emotion, which accounts for the use of beta-blockers as standard therapy.
